Physical examination: He weighed 5.7kg (the normal value for 4-year-old boy: 14.3kg) and measured 68.5cm (the normal value for 4-year-old boy: 94.7 cm). These values corresponded to those of cachectic dwarfism. The upper lower ratio was 1.16. The skin was thin and edematous, and there was loss of subcutaneous fat. The head with sparse black hair was microcephalic and fon tanels were closed. The face showed senile appearance, having markedly carious teeth, comparatively high and narrow nose, rather prominent ears, sunken eyes and loss of subcutaneous fat. There were marked pigeon-shaped deformity of the chest and dorsal kyphosis. The abdomen was not distended, and the liver and spleen were not palpable. The testes were not palpable in the scrotum, and testicular retention was suspected. The external genitals appeared normal. Muscular rigidity, coarse tremor, pes equinus and limitation of movement of the hip, knee, foot and shoulder joints were found . No pathologic reflexes were elicited.
Examination of the eyes: The eyes showed myosis and responded poorly to mydriatics such as 5% Neosinesin, 1% atropine , scoporamin and Midrin. No nystagmus was observed. Ophthalmoscopic examination revealed small and waxy pale appearance of both optic nerves (suggestive of optic atrophy) and retinal degeneration with pigmentation (pepper and salt type) . However, no sclerotic changes of the arteries were noted , though they seemed to be slightly narrowed. Renal biopsy findings: Histologic examination of the glomeruli, in general, showed an insufficient formation and some reduction in the number of capillary loops. The majority of the glomeruli revealed a slight thickening of mesangium and basement membrane without any proliferation of nuclei, and in some glomeruli with advanced lesions, glomerular collapse or complete hyalinization was observed. Some of the tubules were atrophied and were frequently accompanied by thickening of the basement membrane, and some of them were dilated and contained protein-like precipitates. Interstitial fibrosis was also found. only a few words. Four days before, facial paralysis developed and he was referred to our clinic.
Physical examination: Body weight was 13 kg (the normal value for 6 years of age: 17 kg) and height was 93 cm (the normal value for 6 years of age: 105.6 cm), showing the condition of cachectic dwarfism.
The skin was thin, pale and edematous, and acrohypothermia was noted. Examination of the eyes: Lagophthalmus on the right side due to facial par alysis was noted. No nystagmus was noted. Ophthalmoscopic examination indicated slightly pale optic nerves and retinal degeneration with pigmentation of pepper and salt type.
Laboratory studies: As is shown in Table 1 , tuberculin and Wassermann reactions were negative. Blood picture, and biochemical analysis of the serum were all within -the normal limits. The urine contained trace of protein, but was negative for sugar and abnormal sediments. Amino acid analysis of the urine by paperchromatography showed no abnormality. Red cell sedimentation rate was 27mm/l hour and 56mm/2 hours. The cerebrospinal fluid showed positive Nonne and Pandy reactions, but normal cell counts. E.E.G. and E.C.G. were all within the normal limits. Physical examinations: Body weight was 9.6 kg (the normal value for 5 years of age: 15.7 kg) and the height was 86cm (the normal value for 5 years of age: 100.3cm), showing marked malnutrition (condition of cachectic dwarfism).
The face resembled those of the 2 cases mentioned above, showing small head and senile appearance with sunken eyes, high and narrow nose, protracted mandibulae and loss of subcutaneous fat. The decidous teeth were all carious. The chest showed a pigeon-shaped deformity. The abdomen was not distended, and liver and spleen were not palpable. The testes could not be palpable in the scrotum, but the external genitalia appeared normal. The extremities appeared to be disproportionately long, and hands and foots were disproportionately large. The upper-lower ratio was 0.94. Pes equinus was marked, and the movement of shoulder, hip and knee joints was markedly limited. Knee jerks were slightly exaggerated but no pathologic reflexes were noted.
Examination of the eyes: The eyes responded poorly to. mydriatics. Ophthalmoscopic, examination indicated optic atrophy and retinal degeneration with pigmentation of pepper and salt type. Neither cataracta nor arterio sclerosis was observed.
Laboratory studies: Laboratory findings were found to be essentially the same to those of the 2 cases mentioned above. Blood sedimentation rate was moderately accelerated, and )-globulin, N.P.N. and urea nitrogen were slightly elevated. Hypertension (140/96mmHg) was present.
The urine contained protein in a small amount. Renal function test showed marked impairment of GFR (42.5ml/min) RBF (221.6ml/min) and RPF (325 ml/min). Amino acid pattern by paperchromatography was normal. Gesell's developmental test indicated the movement mental age of 11-18 months, adaptation mental age of 10-13 months, language mental age of 13-18 months and E.C.G. were found to be within normal limits. 
COMMENTS
Our own 3 cases were similar to one another in their outstanding clinical features. They were: 1) onset of symptoms after a certain period of apparently normal development, 2) dwarfism, 3) senile appearence with small head, sunken eyes, narrow and high nose, prominent ears, and loss of subcutaneous fat of the face, 4) marked dorsal kyphosis, pes equinus, gait distrubance, disproportionately long extremities and acrohypothermia, 5) acceleration in bone age, 6) sensitivity of the skin to the sunlight, 7) retinal degeneration with pigmentation of pepper and salt type, optic atrophy and poor response to mydriatics, 8) mental retardation 9) renal lesions 10) thickened skull bones, intracranial calcification (case 1) and carious teeth, and 11) hypertension.
These clinical pictures of our own 3 cases were almost identical to those of the disorder described by Cockaynel, 2 (1936, 1946) and Neil and Dingwall3 (1950) . Our cases belonged undoubtedly to those with the typical Cockayne syndrome.
Cocakynes syndrome has been reported so far in only 16 cases. (1964) . Out of these 16 cases, some cases were lacking one or two of the fundamental features of the disease, such as retinal degeneration with pigmentation, optic atrophy or ataxia.
In our 3 cases, cataracta, enlargment of the liver and spleen, calcification of the vessels and intracranial calcifications (Cases 2 and 3) were found to be absent. Out of 16 cases hitherto reported, 2 cases (Neil's case and Spark's case) were mentioned to have proteinuria, although there was no description of histologic findings of the kidney.
The only histological description of the kidney was found out in an autopsy case (Macdonald's case) cited by Gellis14 (1961 Gellis14 ( -1962 . In this case, no proteinuria was demonstrated, but histologic findings of the kidney were found to be those somewhat similar to nephrosclerosis. Up to the present time, there have been some discussions as to the difference between this disorder and progeria.
Neil and Dingwall (1950) also have included this disorder into progeria.
On cursory survey, this may be likely because there are clinical features common to the two disorders, such as the onset after several months of apparently normal development, dwarfism, lack of subcutaneous fat, joint deformities, senility and arteriosclerosis. The renal lesion in this disorder, which is associated with familial incidence, deafness, and retinal degeneration with pigmentation, etc. reminds us of the similarity of other syndromes named congenital or hereditary nephropathy, consisting of familial hereditary nephropathy with deafness (Alport's syndrome), familial juvenile nephronophthisis (Fanconi's syndrome) and cerebrooculorenal syndrome (Lowe's syndrome). These congenital kidney diseases are known to be sometimes associated with deafness (Alport's syndrome), retinitis pigmentosa (Fanconi's syndrome), 19,20 mental retardation (Lowe's syndrome) and cataracts (Alport's syndrome, Lowe's syndrome), many of which are also prominent features of Cockayne's syndrome.
With respect to the relationship among these disorders, including Cockayne's syndrome, further investigations will be required. 
